Sir,

Blue rubber bleb nevus syndrome (BRBNS) is a rare disorder characterized by multiple venous malformations affecting the skin and internal viscera. It was first described by Gascoyen in 1806, but in 1958, William Bennet Bean coined the term "blue rubber nevus syndrome" for its color and consistency.\[[@ref1][@ref2]\] Only about 200 hundred cases were reported till 2003.\[[@ref3]\] Here, we report a case with multiple cutaneous vascular lesions.

A twenty year old female presented with a bluish swelling about few mm in size on left upper arm since infancy, which slowly increased to about 1 cm within a span of fourteen years. But for the last five years it had rapidly increased in size along with many new similar lesions appearing on other parts of body. It was associated with itching and mild pain on pressure but no history of bleeding or hyperhidrosis over lesions. There was no history of epistaxis, hematemesis, haemoptysis, melena, haematuria, menorrhagia, dyspnoea, seizures or headache. Bony or visual defects were absent. There was history of consanguineous marriage in parents, but family history was negative. General physical examination was normal. On cutaneous examination, multiple discrete as well as confluent, soft, compressible, slightly tender, bluish swellings ranging from 0.5 cm to 4 cm were present over face, upper limbs and soles, with the largest lesion being present on lateral aspect of left arm (about 4 cm) \[Figures [1](#F1){ref-type="fig"} and [2](#F2){ref-type="fig"}\]. All routine investigations including stool for occult blood were within normal range. Histopathology showed vascular spaces lined by normal epithelium \[[Figure 3](#F3){ref-type="fig"}\]. Endoscopy was not done for gastrointestinal tract involvement as she was asymptomatic and not willing for the investigation.
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![Histopathology showing vascular spaces lined by normal endothelium (H and E, ×40)](IJD-59-98-g003){#F3}

BRBNS presents with multiple, bluish vascular swellings particularly in skin and gastrointestinal tract but may involve other viscera like liver, spleen, lungs etc.\[[@ref4]\] Sometimes, only subcutaneous lesions are present and may be detected even in prenatal period.\[[@ref4]\] Our case presented with cutaneous lesions only, no other systemic symptoms were present.

The exact pathogenesis is not known. The stem cell factor/c-kit signaling axis has been suggested to be involved in the constant growth of venous malformations.\[[@ref5]\] The majority of cases is sporadic and may present at any age. Three types have been described.\[[@ref2]\] Type I is large disfiguring venous malformation which can compress vital structures. Type II is bluish, thin -- walled, blood sac, easily compressible and refills slowly on release of pressure. It is the most common type and usually presents with pain and hyperhidrosis. Type III lesion is an irregular, bluish -- black macule or papule which may be punctate and blanches with pressure.

Histopathology shows large blood filled, ectatic vessels, lined by single layer of endothelium with surrounding thin connective tissue.\[[@ref3]\]

Depending upon the viscera involved, patient can present with wide range of symptoms like anaemia, pain abdomen, massive gastrointestinal bleed, intussusception, volvulus, menorrhagia, haematuria, epistaxis, hemothorax, hemopericardium, seizures and arthragias.\[[@ref4]\]

It should be differentiated from other vascular disorders with skin and visceral involvement like Osler-Weber-Rendu syndrome, Klipple trenaunay syndrome, Maffucci syndrome.\[[@ref6]\]

The confirmation of diagnosis and early intervention is important to rule out future complications due to undiagnosed visceral involvement.

Various treatment options are sclerotherapy, laser, excision and recently role of second generation of c-kit specific inhibitors has been suggested.\[[@ref4][@ref5]\]
